Vascular rings are vascular anomalies of the aortic arch, pulmonary artery, and brachiocephalic vessels. We report the case of a 2-day-old full-term baby girl with a double aortic arch who presented with stridor since birth and a heart murmur. In her history there were no episodes of desaturation or cyanosis, and there was no exacerbation of stridor with crying or feeding.
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On physical examination, the patient was found to have mild biphasic stridor with mild tachypnea. A head and neck examination showed a high, arched palate and folded upper portion of the auricles. The cardiac examination revealed that the patient had a pansystolic murmur. An echocardiogram showed acyanotic tetralogy of Fallot and a double aortic arch with a dominant right arch. At this point, an esophagram was ordered, which showed circumferential compression of the esophagus from the complete vascular ring of the double aortic arch (figure 1). Computed tomography angiography (CTA) of the neck was also ordered to further evaluate the vascular ring and for preoperative planning. CTA demonstrated a complete vascular ring wrapping around the trachea and causing circumferential compression of the trachea (figure 2).
The patient was taken to the operating room by pediatric cardiothoracic surgeons for repair of the vascular ring. A pediatric otolaryngologist performed direct laryngoscopy and bronchoscopy at the same time to evaluate the airway for compression and to rule out any other concomitant airway anomalies. Bronchoscopy showed mild to moderate compression of the right side of the trachea above the carina (figure 3). No other airway anomaly was observed, and no other surgical intervention to the airway was performed.
The patient underwent complete repair of the vascular ring without complications and was closely monitored postoperatively in the pediatric intensive care unit. Postoperatively, her stridor had improved significantly and she tolerated feeding without complications.
The patient underwent genetic testing because of her dysmorphic features, to evaluate for possible velocardiofacial syndrome. A fluorescence in situ hybridization (FISH) test was negative for 22q deletion, and chromosomal microarray analysis results were also negative.
The remainder of the patient's hospitalization was unremarkable, and she was discharged on postoperative day 3. She was seen by a pediatric cardiothoracic surgeon for her first postoperative visit. At that time, she was doing well without complications; she was breathing well without stridor and tolerating feeding well with no evidence of failure to thrive. Unfortunately, she was lost to follow-up by both the pediatric cardiothoracic surgeon and the pediatric otolaryngologist. The incidence of vascular ring is 1 to 2%, and it is often associated with congenital heart defects, including tetralogy of Fallot, septal defects, truncus arteriosus, transposition, pulmonary atresia, and coarctation. 1 Aortic arches are embryologic structures that develop between the dorsal aortas and aortic sac. Involution and migration of the arches result in normal development of the aorta and its branches. These complex developments occur around the pharynx and respiratory apparatus, and because of this concomitant embryologic development, the vascular rings can lead to anomalies in the aerodigestive tract. They can be divided into complete or partial vascular rings and can be further subdivided. 2 Double aortic vascular ring is a complete vascular ring. It is formed when the distal portion of the right dorsal aorta fails to regress and the ascending aorta bifurcates to surround and compress both trachea and esophagus and rejoins to form the descending aorta. This is the second most common type of vascular ring. Common symptoms include stridor, wheezing, coughing, chest retractions, recurrent respiratory tract infection, and apnea and can vary from being asymptomatic to causing severe respiratory distress at birth. Common gastrointestinal symptoms include choking while feeding, emesis, feeding difficulty, and failure to thrive. The diagnosis may be missed unless suspicion for the anomaly is high, and it is often made as the result of other coexisting anomalies. 3 In evaluating patients with stridor, a detailed history and thorough physical examination are crucial. One must first assess the severity of the condition. If a patient appears to be in respiratory distress with cyanosis, use of accessory muscles, or flaring of nasal alar, urgent intervention to secure the airway is necessary. Inspiratory, expiratory, or biphasic stridor may indicate supraglottic, intrathoracic, or glottic and/or subglottic obstruction, respectively. Fiberoptic examination of the airway is indispensable but can be difficult in pediatric patients. Formal evaluation in the operating room may be required with rigid laryngoscopy, bronchoscopy, and esophagoscopy, to assess and document the area and degree of compression and to rule out any concomitant airway abnormality. 4 Plain x-ray with an esophagram with contrast should be done as the initial workup. This can demonstrate compression of the trachea and/or esophagus, a widened superior mediastinum, and lung consolidation, which may be an indication of tracheal obstruction. Barium swallow is often diagnostic. Computed tomography and angiography can delineate the vascular compression of the aerodigestive tract and provide cardiothoracic surgeons with precise anatomy for pre- operative planning. 3 Magnetic resonance imaging can be the imaging study of choice if the patient's airway is secured. 3 Echocardiography can be performed to evaluate the vasculature and other cardiac abnormalities.
Surgical management includes division of the nondominant arch; most of the symptoms improve as the compression is relieved. Aortopexy can also be performed, in which the cardiothoracic surgeon places sutures through the aorta and suspended to the sternum while the otolaryngologist provides bronchoscopic guidance to aid the placement of the sutures and obtain a satisfactory reestablishment of tracheal patency. 5 Otolaryngologists can also be involved in surgical intervention in patients who have tracheal stenosis or secondary tracheomalacia with a temporary or permanent tracheostomy tube or tracheal reconstruction using stenting or slide tracheoplasty. 4 
